SUMMARY Previous reports have shown the association between familial spastic paraplegia and hypopigmentation of the skin. A family is reported in which three siblings presented with progressive spastic paraparesis and cerebellar ataxia. All the siblings had large hyperpigmented naevi of the lower extremities while none of the unaffected members had a skin lesion. A definite association appears to exist between heredo-familial ataxias and disordered skin pigmentation, but the exact mechanism remains unclear.
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Many syndromes with disordered skin pigmentation and abnormalities of the nervous system have been described. In two recent reports' 2 two families with familial spastic paraplegia were described, in which hypopigmentation of the skin was present in the affected members. We describe a family with,late onset progressive spastic paraplegia with cerebellar ataxia in which the three affected members have hyperpigmented naevi in the lower extremities. could walk with a spastic-ataxic gait holding on to the examiner. Case 3 A 40-year-old brother was also normal until the age of 30 yr. His gait disturbance progressed until he became wheelchair-bound at the age of 38. He had multiple naevi in both upper and lower extremities. His feet were flat. There was bilateral horizontal nystagmus, and moderate weakness and spasticity in both lower limbs. Tendon reflexes were exaggerated at both knees and ankles, and both plantar responses were extensor. Heel-toshin dysmetria was noted. Sensory examination revealed decreased position and vibration sense in both feet.
Other relatives The patients' parents as well as their 43-year-old brother and the four children of cases 1 and 3 were examined. All were neurologically normal and none had any skin lesions (fig 2) .
Discussion
The three patients reported here have a neurological syndrome which can be classified under the broad spectrum of the spinocerebellar degenerations. They all exhibited a relatively similar neurological picture characterised by progressive paraplegia associated with exaggerated knee and ankle reflexes, bilateral Babinski sign and, in two of the patients, spasticity. They all had cerebellar involvement as shown by various degrees of dysmetria, nystagmus and dysarthria; the presence of cerebeItar atrophy was shown by computed tomography in case 1. In two of the patients (cases 1 and 3) there was vibration and position sense loss suggesting posterior column involvement. In addition, there was bilateral pes cavus in two patients and flat feet in the third.
Skin changes included the presence of hyperpigmented naevi in the patients but not in their healthy relatives. The expression of an almost identical syn- 
